Gronblad-Strandberg syndrome,' but when the ocular associations with Paget's disease are mentioned it is usually in the context ofcompressive lesions of the optic nerve due to bony changes in the skull. One begins to suspect therefore that Dabbs and Skjodt might be correct in their conclusion that Paget's disease is only infrequently associated with angioid streaks, to put it mildly.
A paper which is not often cited is that of Mazalton and colleagues,"°which reports a case in which Paget's disease and the Gronblad-Strandberg syndrome occurred in the same patient. The authors also reported that four other cases had been described previously. It was not entirely clear whether angioid streaks were seen in their particular case, but, given that they seem to occur in around 80% of cases of the Gronblad-Strandberg syndrome" and that the case being described had a haemorrhagic retinopathy, it is likely that streaks were present. A boost to Terry's theory is given in a paper from the Mayo Clinic" in which precise percentages are given of patients with pseudoxanthoma elasticum (PXE) alone or PXE plus streaks and streaks alone or streaks combined with Paget's disease. Whereas 63 of a total of 74 PXE cases had streaks, only two out of 32 cases of Paget's disease had streaks -that is, around 6% -not far out of line with Terry's 8%. Thus one's original suspicion that the Paget's-angioid streaks association was just another piece of ophthalmological folklore about to be disproved turns out not to be justified. Added confirmation that there is probably some truth in the story is given by Gass and Clarkson."t They followed up a case to necropsy and describe not only the clinical features but the histopathological changes in Bruch's membrane. There is only one defect in this paper and that is the published fundus photographs of the streaks, which are not entirely sharp. However, this is not a serious criticism, since it is noticeable that fundus photographs in which streaks are alleged to show are often rather unconvincing. It appears that angioid streaks are not photogenic. The validity ofa claim depends entirely on the opinion ofthe observer as to what is or is not an angioid streak on ophthalmoscopy; it is not possible to be certain one way or the other.
One can finally conclude that the coincidence of angioid streaks with Paget's disease certainly does occur but perhaps not as often as some clinicians seem to think, and the streaks are far more likely to be found in the Gronblad-Strandberg syndrome (PXE) (not to mention one or two other conditions, not the subject of this editorial). Finally it has to be said that, if Paget's disease can coexist with PXE, a case of Paget's disease with streaks should obviously be very carefully examined to exclude PXE; and, who knows, the pure Paget'sstreaks association might yet turn out to be false.
